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are several pathologies that can produce similar scars in the 
ocular fundus such as posterior uveitis or macular dystrophies 
among others.

In our particular case, the negative serological tests and 
the presence of renal dysfunction  (due to FHHNC) suggest 
the diagnosis of macular coloboma, which is confirmed by 
performing OCT.

The incorporation of OCT as a diagnostic technique has 
allowed us to obtain good resolution images of retinal sections 
with a thickness of 10–20 µ. This helps us diagnose this 
condition by allowing us to evaluate and confirm the absence 
of these layers without histological examination.[6] In our 
patient, the absence of retinal structures including choroid and 
retinal pigment epithelium (leaving bare sclera) is confirmed 
with OCT. Furthermore, this helps us differentiate from other 
causes of macular dystrophies or diseases, such as macular 
degeneration secondary to inflammatory processes where these 
layers are preserved.

In our case, genetic testing was not necessary for confirmation 
of macular coloboma in a patient with FHHNC, because the 
diagnosis of ocular damage was accurately established by the 
OCT, nevertheless, we recognize that to confirm the diagnosis 
of FHHNL, genetic testing can be useful and make the diagnosis 
more firm.

Therefore, OCT can be a very suitable diagnostic tool for the 
confirmation of macular coloboma. It is a quick and noninvasive 

test that gives us histologic information about the affected 
layers of the retina.
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Bilateral disciform keratitis in Reiter’s 
syndrome

Palanisamy S Suresh

Reiter’s syndrome is commonly associated with conjunctivitis and 
rarely with uveitis. Bilateral disciform keratitis at presentation is 
a very rare manifestation in Reiter’s syndrome. A 13-year-old 

boy developed bilateral disciform keratitis with oligoarthritis 
following an episode of conjunctivitis. In addition he had 
suspected bacterial keratitis with hypopyon in the left eye as 
a possible secondary infection of an epithelial defect that is a 
feature of Reiter’s keratitis. Empirical treatment with intensive 
topical antibiotics as a therapeutic trial completely resolved the 
hypopyon and the disciform keratitis settled with topical steroid 
treatment. The patient achieved a best corrected vision of 20/20 
in both the eyes 6 weeks after the treatment. Bilateral disciform 
keratitis can occur as a complication of Reiter’s syndrome. Also 
the possibility of secondary infection of the epithelial defect 
needs to be borne in mind.
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Reiter’s syndrome (RS) also known as reactive arthritis 
develops in 1%–3% of men after a nonspecific urethritis, up to 
4% of persons after enteric infection caused by Campylobacter, 
Salmonella, and Shigella.[1] In 1916 Hans Reiter described the 
syndrome characterized by the triad of urethritis, conjunctivitis, 
and arthritis. However, incomplete forms with just one or two 
of the classic triad are more frequent than the full syndrome.[2] 
Generally, RS tends to occur between the age of 15–40 years 
and is associated with the human leukocyte antigen B27 (HLA 
B27) in approximately 75%–90% of the patients.[3]

Common ocular manifestations in RS are conjunctivitis and 
uveitis. Corneal involvement is rare and not well recognized as 
a complication of RS. In this case report we describe an unusual 
corneal involvement in both the eyes of a patient with RS that 
has not been reported before.
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Case Report
A 13-year-old boy was referred for management of left 
microbial keratitis by a general ophthalmologist. The patient 
had presented with 3 days history of painful left eye associated 
with loss of vision. Prior to this acute symptom a month earlier 
he was treated by a local doctor for suspected viral conjunctivitis 
in both the eyes that settled after 10 days. Subsequently, the 
patient noted gradual reduction of vision in both the eyes with 
painful knee joints. As the left eye became painful and red in the 
last 3 days the patient reported to the nearby ophthalmologist.

On examination he had best spectacle corrected vision of 20/80 
OD and FC 1 m OS. Slit-lamp examination revealed disciform 
keratitis with normal corneal epithelium in the right eye [Fig. 1a]. 
There were no cells in the anterior chamber nor were any keratic 
precipitates. The left eye revealed very swollen corneal stroma 
in the form of a large disc almost involving the entire cornea 
associated with a small ragged epithelial defect in the para-central 
part of cornea [Fig. 1b, arrow]. The edge of the epithelial defect 
had a faint whitish infiltrate. The anterior chamber showed a 
small hypopyon with numerous cells in the anterior chamber.

Based on the finding, a diagnosis of bilateral disciform 
keratitis was made with suspected bacterial keratitis in the left 
eye. As the patient was already using moxifloxacin eye drops 
0.5% in the left eye and was feeling better, corneal scraping 
was not attempted. The patient was admitted and treated with 
prednisolone 1% eye drops 6 times a day in the right eye. The 
left was treated with moxifloxacin (0.5%) eye drops every hour 
and atropine (1%) eye drops 3 times a day. He was also put on 
oral acyclovir (400 mg) twice daily. The patient was referred 
to a rheumatologist for the knee joint pain.

The patient was found to have inflammatory arthritis of both 
the knee joints and arthritis of the right ankle joint. His ESR was 
90 mm/h. He was found to be positive for HLA B27. A diagnosis 
of Reiter’s syndrome was made by the rheumatologist and the 
patient was treated with oral NSAID. The oral acyclovir was 
stopped.

Within 3 days of treatment the epithelial defect healed with 
disappearance of the infiltrate and hypopyon in the left eye. 
The moxifloaxcin drops were reduced to 4 times daily and 

prednisolone eye drops were started 6 times daily in the left 
eye. Over the next 10 days the corneal lesions reduced gradually 
and the patient was discharged home. The steroid drops were 
tapered gradually. The appearance of both the cornea 2 weeks 
after presentation is shown in Fig. 2a and b.

In the last checkup 6 weeks later his best corrected vision 
was 20/20 in both the eyes. Both the cornea appeared normal.

Discussion
The most common ocular manifestation of RS is conjunctivitis[4] 
followed by anterior uveitis.[4] Uncommon ocular involvement 
described are episcleritis, scleritis, keratitis, disc edema, retinal 
edema, and retinal vasculitis.[4,5] Keratitis is thought to be rare 
as an initial manifestation but was found as high as 64% in 
recurrent Reiter’s syndrome.[6]

Anterior stromal keratitis, affecting mainly the peripheral 
cornea, and associated with ragged epithelial erosions, is a 
rare but characteristic finding in RS.[4,7,8] Disciform keratitis 
was reported only once in one of the eyes in 1982.[9] Mark 
and McCulley[9] had reported 3 cases of keratitis associated 
with RS. The typical keratitis as described above was noted 
in 2 cases. In the third case both the eyes developed large 
central corneal epithelial defect associated with dense anterior 
stromal infiltrate. Giemsa’s staining of the left corneal scrape 
revealed basophilic, intracytoplasmic inclusions. The authors 
concluded the possibility of chlamydial disease. A month 
later disciform keratitis was noted in the left eye. In the right 
eye the patient was treated with prednisolone eye drops. A 
few days later hypopyon developed and prednisolone was 
discontinued. Further treatment was not discussed. The 
authors did not mention the possible cause of hypopyon. 
Antigen–antibody reaction leading to hypersensitivity to 
bacterial antigen was thought to be the reason for disciform 
keratitis in the left eye. It subsided spontaneously over 4 
weeks.

Our patient had bilateral disciform keratitis at presentation, 
to the best of our knowledge that has not been reported 
previously. Although Kiss et al.[6] reported keratitis in 16 out 
of 25 patients in chronic RS, the authors have not described 
the nature of the corneal lesions. In our patient the disciform 
keratitis settled well following topical and oral prednisolone 

Figure 1: (a) Disciform keratitis (OD), (b) Disciform keratitis with small 
epithelial defect (OS) (arrow)

a b

Figure 2: (a) Two weeks later (OD), (b) Two weeks later (OS)

a b
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treatment. We felt the hypopyon in the left eye was due to 
secondary infection of the characteristic epithelial erosion 
that is seen in RS. We could not prove the secondary infection 
by microbiological investigations as the patient was already 
responding to topical moxifloxacin. Empirical treatment with 
topical moxifloxacin as a therapeutic trial resulted in rapid 
resolution of the infiltrate and the hypopyon.

In conclusion, Reiter’s syndrome has to be considered in 
the differential diagnoses in cases presenting with bilateral 
disciform keratitis. In addition, secondary infection of the 
epithelial erosions can occur as a complication in RS, especially 
in India where the risk for microbial infection is high and that 
needs to be borne in mind.
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Extraskeletal osteosarcoma of the 
orbit: A clinicopathologic case report 
and review of literature

V M D S de Maeyer, P A F A Kestelyn, Akash D Shah1, 
C M Van Den Broecke2, H G N Denys3, C E Decock

Primary extraskeletal osteosarcoma (EOS) is an extremely rare 
malignancy. In this report, the clinical course of a 32-year-
old man presenting with proptoses is described. Medical 
history included Hirschsprung disease (HD), horseshoe 
kidney, azoospermia, and vertebral anomalies. Imaging of 
the orbit showed an oval, well-defined heterogeneous mass 
adjacent to the lateral wall of the orbit. The patient underwent 

a lateral orbitotomy and complete excision of the mass. The 
mass was not attached to the bone. Histopathologic and 
immunohistochemical examination confirmed the diagnosis of 
an EOS. The patient received chemotherapy and radiotherapy 
and is free of the disease 3 years after the diagnosis. Genetic 
screening showed no mutations for both the RET proto-
oncogene for HD and the p53 tumor suppressor gene for 
osteosarcoma.

Key words: Extraskeletal osteosarcoma, Hirschsprung disease, p53 
tumor suppressor gene, RET proto-oncogene

A 32-year-old man presented with an acute onset (3–4 weeks) 
proptosis of the left eye [Fig. 1a]. There was no history of 
other ocular complaints or trauma. Medical history included 
HD (stoma), horseshoe kidney, azoospermia, and vertebral 
anomalies.

Best-corrected visual acuity was 20/20 in both eyes. 
Examination of the left eye revealed an axial proptosis of  
2 mm and minimal restriction of extraocular movements in all 
gazes. Fundoscopy of the left eye revealed minimal disc edema. 
Examination of the left eye was otherwise normal. Right eye 
examination was unremarkable.

Computed Tomography (CT) of the orbit showed an oval, 
heterogeneous, well-defined mass measuring 2 × 3.2 × 4 cm in 
the left orbit adjacent to the lateral orbital wall. The mass showed 
moderate contrast enhancement and large central calcifications 
[Fig. 1b]. There was bony remodeling with sparing of orbital 
structures. Magnetic resonance imaging (MRI) showed a 
mixed heterogeneous mass with hypo and hyperintense areas  
[Fig. 1c and d].

The patient underwent a lateral orbitotomy and complete 
excision of the mass using frozen section assessments. 
Intraoperatively, the tumor was not attached to the bone or to 
any of the orbital structures, and was excised completely with 
blunt dissection [Fig. 2a]. On gross examination, the tumor was 
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